Microcephaly strictly means abnormally small head size, but usually refers to an occipitofrontal head circumference below -2 SD from the mean for the infant's gestational age, sex, and ethnic origin. 1 2 Microcephaly may appear as an isolated trait or in association with other malformations. It may also be sporadic or familial. Most cases of familial microcephaly appear to be inherited in an autosomal recessive fashion.3 Only 17 families in whom microcephaly was transmitted as an autosomal dominant trait have been reported.411 Six of them were reported recently11 as an extension of a previously described family. 6 We wish to present the largest family (13 affected members) in whom isolated microcephaly appears to be inherited in an autosomal dominant fashion and to distinguish clearly this form of 'pure' microcephaly (without mental retardation or other anomalies) from the other welldefined dominantly inherited types of microcephaly.
Case reports
The family pedigree is shown in fig 1. The proband (III.9) was born in 1986 after a normal pregnancy and delivery to a 27 year old, G2, P2, healthy mother and a 31 year old healthy father. There was no history of any medication, x ray examinations, alcohol intake, or smoking during pregnancy. Physical examination at birth revealed a healthy male infant with a birth weight of 2580 g, length 46
Received for publication 20 August 1987. Revised version accepted for publication 18 January 1988. cm, and head circumference 31 cm. All these measurements were below -2 SD in accordance with Usher's curves12 and also in comparison with our own curves.t3 His head was normally shaped with normal fontanelles and sutures. This symmetrical, small for dates infant with microcephaly and short birth length had no other abnormalities. The following investigations were normal: complete blood count, glucose, calcium, phosphate, magnesium, electrolytes, T4, TORCH titres, examination of the optic fundi, urine analysis, urine chromatography for amino acids and sugars, skull x ray, and brain ultrasound.
The distribution of the head circumference measurements for all the members of the affected family is illustrated in fig 2. Only seven members of this family (six females and one male) had a head circumference at, or a little above, the mean for their age; the other 18 were situated between the mean and -2 SD for age. The distribution of head circumference measurements for the 13 microcephalic patients was as follows: one at -3 SD, three at -2-8 SD, five at -2-5 SD, and four at -2-2 SD.
Three cousins of the proband (III.23, III.25, III.30) also had isolated microcephaly. Another three cousins (III.11, III.22, and III.26) had borderline head circumferences (at -2 SD for age). The father of the proband (11. 13), his two brothers (II. 14 and 11.21), his five sisters (11.16, I.17, I.18, 11.20 
